Case Presentation:We are reporting a case of a 14 year old boy hailing from Gauranadi, Barishal who presented to us with 2 months history of fever. Initially fever was treated as enteric fever for 10 days. After that fever subsided but later he again developed high grade continued fever. At that time he also developed jaundice, which was static in nature. During the course of his admission he developed blood mixed vomiting, which was fresh initially, but became coffee ground later. Simultaneously he developed passage of black stool 4-5 times per day which was soft in consistency with foul smell, sticky. He also developed convulsion, rigidity, tremor.
There was also visual and gustatory hallucination. Patient also noticed development of rashes which were purpuric & distributed over face and abdomen, the rash were palpable & associated with central desquamation, there was no itching. These rashes were subsided after giving steroid. Subsequently he became anuric. But became improved after fluid and diuretics therapy.
On physical examination we found the patient was severely anaemic, moderately icteric. There was ulceration in oral cavity involving palate. was distended, flankes were full, liver was enlarged about 5 cm from the right costal margin along the right mid clavicular line, firm in consistency, smooth, non tender with a sharp border, upper border of liver dullness was at right 5 th intercostal space. There was no other organomegally and shifting dullness was positive. On nervous system examination we observed that his higher psychic function was intact initially but later he developed a fluctuating level of consciousness. His muscle tone was increased all over the body, so his jerks were not properly evaluated. There was pill rolling movement of both hands and generalized convulsion was seen for several episodes. The treatment of TTP is quite difficult. Mortality rate was about 90% before the invention of plasma exchange. Almost 20 years ago plasma exchange was reported to increase survival upto 78% compared to 51% survival for patients treated with plasma infusion alone 3 .The British Committee for Standards in Hematology recommends that Plasma exchange therapy continues for a minimum of two days after the return of platelet counts to normal, normalization of neurological status, increased hemoglobin and normalization of LDH. The residual presence of schistocytes in the peripheral blood after normalization of platelet count is common and is not predictive of relapse 6 .Corticosteroids again have a role in acquired TTP for inhibition of the antibodies against ADAM TS 13. Rituximab recommended in the treatment of relapsing or refractory forms of TTP (6) . In places like our country where plasma exchange is unavailable, high volume plasma infusion (30 ml/ kg) may be given.
We treated our patient with corticosteroid, plasma infusion and supportive measures only. At first we treated him with steroid alone due to diagnostic dilemma. Patients' condition was improved after 10 days. His skin rashes disappeared, fever subsided and renal function was also improved. We started to taper steroid. At that time patient was unable to move his body due to generalized stiffness, for this he developed bed sore. For these ulcers he again developed fever, skin rashes and fluctuating level of consciousness. Now we are treating the patient with plasma infusion and steroids with supportive therapy.
